Introduction
Chronic granulomatous disease (CGD) is a rare syndrome characterized by recurrent, often prolonged purulent infections associated with impaired neutrophil bactericidal activity. The disease usually arises in infancy with a fatal outcome by adolescence.' However, several cases of young adults with CGD have been reported2 and recently there has been increased recognition of the mild form of the disease. 3 Infections are caused predominantly by catalasepositive micro-organisms such as staphylococci, Escherichia coli, Serrata spp., Aspergillus spp. and Candida albicans.
Described here is an unusual case of a young male patient with a mild form of CGD who presented with a chronic salmonella infection which ran a relapsing course over a 7-year period.
Case report A 20 year old male patient presented in 1980 with acute diarrhoea and high fever. Salmonella enteritidis phage type 8 was isolated from blood and faeces. He These results indicate that this patient suffers from a variant form of chronic granulomatous disease.'
It would appear that the ability of the phagocytes to generate a very low level of superoxide on stimulation is sufficient to result in a milder form of the disease.
Discussion
Systemic infection may follow salmonella gastroenteritis. This is more likely in immunosuppressed patients. In these cases chronic infection characterized by recurrent bacteraemia and clinical relapse may ensue. This has been particularly associated with Hodgkin's lymphoma,'0 asplenism'" and acquired immune deficiency syndrome.'2 A further case is described here in an adolescent patient who had a mild form ofCGD. He exhibited a chronic illness characterized by anaemia, weight loss and relapsing febrile episodes. Salmonella enteritidis phage type 8 was isolated from blood cultures on three separate occasions over a 7-year period. Partial resolution of symptoms and signs occurred following anti-tuberculous therapy, but there was a relapse after the drugs were stopped. More noticeable improvement was seen after a 3-month course ofco-trimoxazole although relapse was again seen after cessation of the drug. A subsequent 6-month course was successful in eradicating the infection. The diagnosis of tuberculosis was suggested by the presence of granulomata in the bone marrow and the liver. In retrospect these were also consistent with histological findings associated with CGD`3 and chronic salmonellosis.'4 It is likely that the response seen with anti-tuberculous therapy was due to rifampicin which is active against salmonella'5 and has been used successfully in combination with other antibiotics for treating salmonella carriers. '6 The aetiology of the chest infection and pleural effusion which occurred in 1984 is unclear. Pulmonary involvement in Epstein-Barr virus infection is rare.'7 Salmonellosis has been noted to invoke the production of atypical mononuclear cells'8 and it is more likely that the episode represented recurrence of salmonella infection with a false positive monospot test.
The reported patient suffers from a very rare variety of CGD. His cells did respond to maximal stimulation, but with a minute proportion of the normal production of superoxide. This would explain why he was unable to eradicate the salmonella infection but has been relatively well apart from that. Patients with a mild form of CGD usually present with skin infection,3 but our patient presented with recurrent invasive salmonellosis which, as far as we are aware, has not been previously described.
Recent study has demonstrated partial correction of the cellular defect in CGD by subcutaneous interferon gamma.'9 The results of the study suggest a potential role for interferon gamma in the prophylaxis of infections or as an adjunct to conventional antimicrobial therapy for acute infections in patients with CGD.
